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ABSTRACT 


Clinical as well as radiologic diagnosis of infantile fibrosarcoma (IFS) is often a challenging problem due to Similarities with 
tumors of vascular origin. Consequently, in the majority of cases, histological and immunohistochemical studies are considered 
gold standards for the final diagnosis. Herein we are reporting an interesting case of infantile fibrosarcoma in a female child 
with unusual presentation of swelling at first web space on palmar aspect, diagnosis of which was done on histopathology and 
confirmed on immunohistochemistry. 
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INTRODUCTION 

IFS are a mesenchymal malignant hypervascular tumor and 
the most common soft tissue sarcoma in children younger 
than 1 year of age. The incidence of IFS was Found to be 
more common in the male gender. It is less commonly pre¬ 
senting beyond the age of 2 years. This tumor frequently gets 
misdiagnosed initially as a hemangioma or an arteriovenous 
malformation due to its vascularity and presentation. Several 
literature reports discuss the similarities in differential diag¬ 
nosis between vascular 

Tumors and infantile fibrosarcoma (IFS) [1] .This case report, 
presented a 2 years old girl with a mass in her hand which was 
relapsed locally. The tumor location, radiological and histo- 
pathological findings proved the diagnosis of fibrosarcoma. 
In this age, infantile fibrosarcoma is rare and generally misdi¬ 
agnosed because of histological similarities to benign tumors. 

Core tip-Juvenile fibrosarcoma have real diagnostic dilem¬ 
ma on histopathology because of its resemblance with be¬ 
nign vascular neoplasms. So careful evaluation of biopsy and 
IHC is must to hit the diagnosis. 

CASE REPORT 

A 2 year female child came in YCR hospital, Latur with the 
complaint of swelling over the first web of the right hand 


since 2 months. She was previously operated for the same 
and diagnosed as infantile capillary hemangioma on histo¬ 
pathology at other centre. The recurrence of swelling oc¬ 
curred. The core needle biopsy of the swelling was planned 
and performed and the biopsy sample sent to histopathology 
department. We suspected it as a sarcoma on morphological 
grounds.. In view of local recurrence and mitotic activity we 
decided to send the blocks for immunohistochemical evalu¬ 
ation to rule out sarcoma. At higher centre oncopathologist 
revealed a cellular spindle cell sarcoma showing nuclear 
atypia, brisk mitotic activity (approximately 15/10 HPF) and 
a pericytomatous vascular stroma. A sprinkling of lympho¬ 
cyte is noted within the tumor (Fig. 1). 



Figure 1: Showing high power view of a cellular spindle cell 
sarcoma. 
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Then they went for immunohistochemistry. On immunohis- 
tochemical evaluation the tumor cells were immunopositive 
for CD 34 (Fig. 2) and SMA (focal) (Fig. 3) and are immu- 
nonegative for desmin and S-100 protein. Finally the case 
was diagnosed as infantile fibrosarcoma and treated with 
wide excision with negative margins and on follow up doing 
well since last one year. 



Figure 2: Showing positivity for CD 34. 



Figure 3: Showing Focal positivity for SMA. 

DISCUSSION 


IFS is also known and described in the literature in many 
synonyms such as congenital fibrosarcoma, juvenile 


fibrosarcoma, medullary fibromatosis of infancy, aggressive 
infantile fibromatosis, desmoplastic fibrosarcoma of infancy. 
It is histologically indistinguishable from the adult fibrosar¬ 
coma. The sites most commonly involved are the extremi¬ 
ties, followed by the spine, head and neck). IFS incidence is 
very low and is estimated to be five per million infants. It is 
a mesenchymal malignant hypervascular tumor and the most 
common soft tissue sarcoma in children younger than 1 year 
of age with slight male predominance. Our case was a 2 year 
female child presented with swelling over the first web space 
of the right hand. 

IFS are typically large tumors that grow very rapidly. These 
tumors are highly vascularised and may have ulcerations 
and bleeding, making it clinically difficult to differenti¬ 
ate them from hemangiomas. Our case was also diagnosed 
as hemangioma at other centre on histopathology. IFS are 
more commonly seen in boys than girls and typically in¬ 
volve distal extremeties (66 %) and trunk (25 %). 

However, for unknown reasons, IFS has a much better prog¬ 
nosis, a lower rate of metastasis, and a high 10-year surviv¬ 
al rate (89-90 %) as compared to the adult patients whose 
5-year survival does not exceed 50 %. Fibrosarcoma is less 
common in infants than in adults, where it tends to present in 
a more central distribution [1] . 

While considered a non-aggressive form of sarcoma, com¬ 
plete surgical resection is rarely feasible at diagnosis. Nearly 
half of the patients require chemotherapy to reduce tumor 
size before surgery, and/or to prevent recurrence after sur¬ 
gery. The role of radiotherapy is debated and is mostly re¬ 
served as salvage therapy or to preserve the organ function 
[3] . Each radiation schedule can be converted to biologically 
effective doses (BEDs) using the following formula and are 
compared on the same scale, where n is the number of frac¬ 
tions; d, the dose per fraction; and a/p, the alpha beta ratio 
for irradiated tissue with the BED for spinal cord being 3 

(bed3)9). 

BED=nd (1+ d) a/p[2] Surgery has traditionally been con¬ 
sidered the treatment 

Of choice for IFS. The radicality of first surgery, aimed at 
achieving histopathologically negative margins, is associ¬ 
ated with best prognosis. If a negative histopathological 
margin is obtained, long term disease free survival can be 
achieved even without any adjuvant 

Therapy as happened in our case. However the role of ad¬ 
juvant therapy is controversial in such cases. In patients 
with IFS involving the limbs, however, the issue of loss of 
function after surgery assumes importance. In such patients, 
chemotherapy has the potential of decreasing the size of tu¬ 
mor, thereby obviating the need of extensive surgery and 
making function preserving surgery a possibility. This case 


n 
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emphasizes the importance of radical excision with negative 
margins is an important determinant of long term disease 
free survival in infantile fibrosarcoma. 


CONCLUSION 

For the better prognosis and early treatment of the tumor, the 
meticulous diagnosis should be made early. The contribution 
of pathologist and his suspicion is required for accurate his¬ 
tological diagnosis. 
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